Segmental dilatation DFEEH
fBREKE MERR-FLARRN MW - /NNESN R BARsET

Segmental dilatation (AE) &, BAL AN B CHEBZEMNLEEEZEDLT . EED
RENGIREEE T HAHREEEEZEINTIVS, REEIX 1959 F[Z Swenson O 512kY.
LTDESI7E 6 DORFHEMNARESN . HELZD®WX TSI HIN TS,

(1) Limited bowel dilatation with a 3— to 4—fold increase in size

(2) Abrupt transition between the dilated segment and normal bowel

(3) No intrinsic or extrinsic barrier distal to the dilatation

(4) A clinical picture of intestinal occlusion or subocclusion

(5) Normal neuronal plexus

(6) Complete recovery after resection of the affected segment

WEFTIT, AEIFELSCT 150 FILL L KFTE 45 FILLLOMELH L. [FEA
EM case report PEFEERMNLDMETH D, TNOITENIE WEEELTIEE
ENEEZL ROVTHE. EBICZVITENHLN TS, mMRERIZDWNTIE., ERy
HHEBEAROCEERMESR. CEREERGENZFLNTNSHEMIEHMN>
TULEL, BREREEIREL T, S ERER: BRERIE A . BTGB G E L HY . FL40 IR H
LI TIEIERE. SHEREE. TIGEEZET 5, ERZ2OSEEL T, IR X 7
BEEICT. BEWRITEVD . LU THEEGZELLGEVEELNHII LT ERE
[ZT microcolon 23 2T ENMBN TS, RIETIEBRBERKREICT, 2
FHEESNGEODNREDREZSINTVSHREL H D, EAIZETIEL T,
Hirschsprung f8&EDEERI NN BE LT HEMZL, BERISTERFEEDVIRTHY .. —
BRMICIEFRIZBRIFESNTILNS,

NEITERELT. EEDEBEBEETHIIEN L £ FEREITT, LK
BBEIZH(T5 pacemaker MIFEZETRT c-kit [BEMIEDFLLRENRESNTHY.
IRIEE DRSBEIEEMNEZ 5N TS, Hirschsprung fRERIR B E KEHEIRL. 15
EDHEMEETIRNTZELLTHE NELTOHBICASTREENHY ., S
DFEFMADEAEELL, 2EREZITOEE. ZHEBETORBREFELDH ST
ENTE REBECRERUZECEFZWGEB DL, TOBKE. REMRGE
ZEHLERTHILT. AED LY IEHLIFIRERETELLEEAOND,
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Immaturity of ganglia
H o=
(1) PR ETHEIE R F BT L CoOREDER
-Tiffin ME, et al. Am J Dis Child 59:1071, 1940 “Hypoganglionosis”
- A MAIEMHK 1EFH FIF 18:536, 1964 “Congenital oligoganglionosis of the
intestine”
—-Spencer B. Arch Dis Child 41:149, 1966  “Immaturity of ganglion cells”
A= HANEES 77:489, 1976 “Immaturity of ganglion cells”
-Munakata K, Okabe I, Morita K, et al. J Pediatr Surg 13:67, 1978 “Hypoganglionosis”
“Immaturity of ganglia” DIFEDWEZE  “Hypogenesis of ganglion cells” DIEFE
~Toyosaka A, Y, Okamoto E, et al. Clin Auton Res 4:175, 1994
“Meconium ileus without mucoviscidosis” OERIZE “Immaturity” (BERTFZEDRLE)
—Kubota A, Imura K, et al. Eur J Pediatr Surg 9:392-5, 1999
“Meconium related ileus (MRI)” in very low birth weight neonates is caused by the
functional immaturity of MP.
—-Taguchi T, et al. J Pediatr Surg 41:2046, 2006 “Congenital & Acquired @ 2 FH¥H
@ Hypoganglionosis” X562, FAERD L ho—/L b Immaturity OTFLEDFERR,
PLEDS immaturity OGFETFRER SN TE 7,
(2) CEE BT FEEMBI4 REiFFEA) AFFEERE  MAKE= CEl 344 H~F/6
3 H) TiE, shREMREY () B O30 immature ganglionosis & W9\ E-DIT
Thol, ZOMFRITIL 26 FIZEF L, ORI D) FAERMPBAE, 2) M2 i 1 3/AH
IZB L microcolon 2T 2 DMLV, 3) BEMALFRSHIEMEE 7213182 LML,
DI/PFTR L LTA =T LA LD ZERIGRE, 5) i =CI3/NIBE CHRef 2 #6088 U CRASHFTRE,
6) TH&IL 26 Bl 24 BIESF, ZOBIEHEC K DRBEBWILED F L DITRDERD X 5 b

]3I BREERORBEODEEE

B R = Y D— b HER
SERE (A2 RS ORE, 2om BLE) - 5 5k
3 #E
1. %8 (um) 8§—10 THF
8.9%1.2 6.6£0.5
7—10 6.5+1.3
8.4%1.5 6.2+0.9
8.7+1.5 6.3+1.1
2. BE(imd)  40-80
41.8+8.9 26.7+4.5

EEMEE LT R r e
BThoTz,

@) IKNEARNZIBWTAESEE E 22 L7 13 FloREE L ORRBIZ OWTHSE Lz, &REF
AR DRZRR DM A AL, ERRAER OE & HHB L Tz,
(Taguchi T, et al. J Pediatr Surg 41:2046, 2006)

— 2156 —



5 1 [[E B rschsprung i B R BT 35

LAR— B
bR BD AR ERLERR SIZONT
Hypoganglionosis
HOBNEREERRE T X —/NEAE IEEER
1. HE&
JEmMEREEEfESEBROSEICIIE, MEBOEKEE NS Aganglionosis |

57

Normoganglionosis & WO EBHEIH VWL TE Y . KEKZ T ICIT,
Oligoganglionosis F 7-(% Hypoganglionosis WAV LA RE ThH D, AHH D Ofm I
FhmERI 5 L, Tkeda K, et al.i% Hypogenesis (Z Kinderchir. 1988) . Kubota A et al. |
hypoganglionosis ( J Pediatr Surg. 2001), Taguchi T, et al.i¥ hypoganglionosis (J
Pediatr Surg. 2006)% H\ TH Y . Hypoganglionosis THt—7 5 Z & TRIHIZ W,
2. Hypoganglionosis DFEAHEF
SEA ML Taguchi T, et al. (J Pediatr Surg. 2006) i+ Congenital & Acquired @ % DA
HHELTEY, ARIOFERNSIT Congenital 72 b DIZRET & TH 5,
3. Hypoganglionosis D f &
Long type & Short type 23 E ATV H A, ARETOWE LT E A LD Long type ThH
%, Short type b & & THETT 2 TS5 B OMETE L 72D,
4. Hypoganglionosis OFEE ORI £
Wholemount & £ % i @B EEARDER 2 W TE 720, WFEERME D b — A7
Hypoganglionosis DFEE DR E L L CTHIWDERE L 720 | Wholemount 5% % < D
BT AT TR R EED M 5, Swaminathan M, et al.iZ Hum Pathol 2010 (2T
& & i) 0 IZ L7 EAR TO2B OMREiMIa A x5 Z & T, Hypoganglionosis DF2
ERFMECEA LR LTRY, Hi— LIEIERELE XL L TRELRLIMILTHD
EEZ BN,
5. Hypoganglionosis OAFFRRHE
L ERTEAEE PN GE O FT B B AR FRIVE, BT AR IR E OB E I 272 Migrating
Motor Complex @ phasellZARIANL TW5, Lo T, BENOE(LREIZHE S
bacteria overgrowth & bacterial translocation (2 & 2 BUMIEZ A& U 5, BEHEEIIREIC
FEVWIET AEMIZH 0 IBEEBHEEE ORRIRIE L WSS T 2 520 Z OB O
M- TL B,
6. £L0
5 : Hypoganglionosis
BES B OMREIIE ORI L0 E(LE B R T 2 2 T

Congenital FJE CIHEARIZFE O LB EEMERE OUGEEDN B T & S0k
EFE LR QLN EEIERE IS R 2 X 7o TR E IS E MR DR LT dREE
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YRk 23 EEREAGEEBFENSEE O3

WILFA#ERIAS 7 4 Z 7 Internal anal sphincter achalasia(IASA)

B WILFIERR 7 0 7 o7 Lid, EREAEREICHRETEENH 512

P BT EBILF (WILFENT) OMBERERH DFEEEZ VD, EBEENR

2, MRETEO 2 WES RN EbD TEW RN bbb LT 5,
[UltrashortHirschsprung’s disease (UHD)| & FEROIRETH 5, UHD 1L,

ERENIZZE DD TEWRN OMREMIEN RNV SNSD L NI S THD

5, AEMICEB ARSI THRETHIEN 2 WER SR H D & X, RRETAE S 72

WZENERETHAHLEEZAR\, 22T, MREMENVVERRSD EEZ

HE0 ., RILMENB IO 0ORENH > T, EBILMHOMERERH 5 &

E % . UHD T/ < TASA E#7 9 5,

FER : TASA OFRRENFID TS S 725 1%, Davidson M, Bauer CH.

(Pediatrics 1958;21:746-761) & &5, 1% 5. Hirschsprung /8 & IR AT

r s bie < BIEEREI T, EER THZAEE N2 < Mecholyl HIIZ L 2 1EM

T O RER RS L 72 W AR AT 58D b b 3 Flz#E L7, £ Dk, Puri

BN, 1. EEER TR 20, 2. EBLFANERE CEBH BRI L

THNALFFERI T ORI 23 72\, 3. ERFAEMR CHREMIENTFET L &0 -

TR ZTRT H D% TASA & U TEEMITRET, 2009 4, AL LT, L

Hirschsprung /i & FHEOBMEEIVER 2 29 5. 2. BEIBILFARERZE CHALH

FERT OBRENE D & 512 b 000 b T ERHEREIC ST Ul 23720,

3. EGREEN S AR THERETMR S, TEFLa ) v AT T —BIEEN

E®THDH, 2RI,

W EYE  IASA ZWr EoRIEE LS LT, 1. [Hirschsprung 7 & B DR )

DEBENEBII T2V, 2. EBLFANTERE CEBGHRERENCXT 3 5 a5 0¥

ENZE TR (BB HEBREAEL HE SN THE2?) . BDIER T,

PWEEL L COROEERET D,

1. CGHERM»OE) BEERFEOERR H 5,

2. EGER THR/NERD 20N,

3. EBHERE D D5 WITEKFNERIC L NRLFFER 3508 L7220,

4. EGER CTHREMES D,

ZW EoFEES L LTI, 1 ENT. BEFERECOROEIC L S1EROTERET

+FIZIREBE I N T AL ) 59, soiling, overflow incontinence 72 &' 73

HHHOT, ERLTZERICLEOER (HE) RIEIC L0 NILFEOF 2

BRI H B, B CHE) AR THESMEN H S (TEiE AchE

Quta CRBMERAMEDIE AN RN 2 L 25ERR) o LW\ o 2 ENBIT b5,

Ty — MR ANEICBT LT o r— FEELTEL RO KD RIEFIZOUN

THRET 5,

AR B < TRERIRBUEOER L H 5,

2. EGZTENTER L, EBEE TR/,

3. WU L — VRIS D WVITESRRIC L 5 EBILFAR AN R o,

4. BEFREE IR AR THREMERH D, (HE Y F 7213 AchE %)

XE i RFEFEHIER NEARE BB

et
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Intestinal Neuronal Dysplasia (IND)
ERERFEFE BE2ER /NFRBLSE

I HBH®W

BRI OEE OO E 212, Intestinal neuronal dysplasia (BBEEMRLEZE : BT IND
LHE) LWORBNRER SN TEY, ASEICBWT, 1) IND 24[EIO Hirschsprung K
B OUUTHFR S HEHERAL LTI NE I D, 2) IND OBKMEEL E 5T 5,
DZEEHLNITHIEEHBE LT,
II. AR
IND OFEHEIZIEL 2 >DOFIMRBH Y, (1) isolated IND (IND High) &, (2) IND associated
with Hirschsprung’ s disease (HD) (HIBIZAGFL7z IND) &IZ43iT B, HFOD 25~35%
2 IND AABET D LA ST D, isolated IND (T4 IND JEFID 0. 3~62% & &k
IVELELTHD, ZOEMIL, IND OZBEEDRHHEIC SN TWRWI EPRE REHNA
Lo TN B,
IND ORRA & U TR MR & RIEZ2 CICFF 8 s D ZIRIIBEAERPE SN TN D
Hox11L1 {51/ v 7 7 7 ~~ 7 A2 IND $E L IR R, JRBRET RS w%naa@mm#
5H0O0, AEBOFBEHRFIIEAFTATH YD | REFMALBRERZVONRBURTH D,
IND DIERFE S, BB 2 20X A 7RHY, ()FAERICEMEER (EH, BR)
ELTRETHRMECTTEARR (Typed) Db DL, (2) SIRHILIFER AR EMEDLEIR
(fERL, FEWE) & U TRAETDEMA (TypeB) LIZHT6ND, ‘
MDmﬁmﬁ X, &< ETHEMBOPEAEMZE (HE Jefads LU AchE 72 E) @
XSS,

(1) HERE TR 12331 5 hyperganglionosis(2) giant ganglia (1 -D>DPEEILS 5 {ELL 44
BHI 52> T D) DFFFE(3) ectopic ganglion cell (EATHEMIEMIG) DIFIE

(4) AchE B PEARARARAE D4
PLEDE&MED 5 5, giant ganglia st MBS L LT, &IETH, 2BUTOEFEEE
I H A O hyperganglionosis 7Y, @B HNBZ & LV, Meier-Ruge &, giant
ganglia DFEDHEREZWNICHIT TV D, £z, DRONORKIEDOME TIE, AchE 5
PEARIRARMED AN S B b DI, 1BHEMBE OERKRIER O EREE & MBS 2 720 Fik
EDHETIZ L TV D,
III T
AEIDT 47—k
EEfrb D& Lz,

1l

HEIZIE, isolated IND ZFHAEX SR E L, WAL, giant ganglia
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Intestinal neuronal dysplasia(IND)IC X %
{ERAE IS U TREALFIAISoave FilT ZRETT L /2
18116

EIEERMA LS5 —
exe

KPR E R

mm % : WBC 8300 /ul, '

¢ , P1t 24.9x10* /ul
HALZ . TP 6.7 g/dl, Alb 4.2 g/dl, ChE 682,
GPT 141U/,

GOT 35 1U/l,

BERAMRS : B
xR - o ix
caliber change

(E&=1 oY d AN

BEAIPIMSoave T T (BESKRIRE X TUER)
: ¥1ﬁtﬂﬂ?g—5$ (1)

=]

E & BEER

RAREE - £REREEH SERHREmEAY,
ehm THRIZERAL TV
BEIC/RYREE L THHED
+RICHENELRYEBRLE.

B&mFRR -

B 88.2cm(-2SD), KE 11.6kg(-2SD)

B4R (Ach-EZ£f) : Hirschsprungfis(+IND?)
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Ectopic ganglion cell




FWIBRES ) FtIBRES (4)

HMIRERE(CHITDACh-ERMEREDEE

TORBORBRE FrU/—FI>I? N

ISR A
INDBREDRESEDN /O ERER LHBEEREEBMLUE,
BEBEOIRRE LINDBSREhE,

W8 FEEZALLEY. HHEIRBICTEOhSLDICAY.,
BREBHSNTINS, UL, SHEEE%Z LG\ EERSIEE
T HHEASH S,

Urons 'splasiz - \
Intestinal neuronal dysplasia(IND)[ZD (VT Intestinal neuronal dysplasia(IND)D& R A §
19715F  Meier-RugeS$R 4.
198345F  FaddaZSA.BD 2 ¥ A T& &, LRI RN

FRRICH > TEMPSHRE LA FNIEFEIES 55,

IND typel
Hype onosis, Giant ganglia,

ad’e - s . % =
Incre ity of Ach-E in lamina propria mucosae, ﬁi:_r.t .

Ectopic ganglia, Abnormal vasculature in submucosa (l) Eﬁw*ﬁﬁﬁtﬂﬁ

3—0 v ATOB/EICHAXT, BETOREPII DAL (2) Pull throughF{4.
KMETH, BEEROBRBEHNLENS, :
BEMERETRT SRESBESNTLS. Al EOMES
#Hox1IL1 /O 79 R IR (1) FmaD=ER.
J Clin Invest 100: 795, 1997. (2) HwhUIREEORE.
Nature Med 3: 646, I.‘)‘) Ik i (3) INDBEZRB T LHHBEREZASHELDOM?
#Heterozygous endothelin B receptor deficient rat
Gut 51: 414, 2002.




. IND typeBEZEZ 5N B, 35k - BREFIESZ
®ELL.

2. BETIINDIEFIOREN LS, COEAL,
REFBEMSBEONOD, BICZHEIh TV EVLOL
BoMNCTIHVENDS.

3. SHREMEERL. INDOABEAHICDINT
WhZHEZ SO TR T IVLENH S.
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%—E  Hirschsprung WlEGE B

UNEIMERERE & H R SR ChNEREO RN G) |

—/NEARHED H FEEGR SRR EE & CIPS O E MR —

Sz ELY V=y 7 KB ORI

AFICBW T, H FEEREEEITNIBENRZEL T b0 SRS, &
rfﬁl%/J\ TNBEDREIICZ TV L HEER, /MR Wﬂﬁ&“ﬁx%ﬂﬁ#%ﬁ LTZTw

AbdHH B IND, LN T, REOEFHFHEZIT I HEITIE, /NNEA
ﬂl: b & B '5’5 ERPME LB, Ll BUERBIZE VTN PL\]ﬂl:ﬁl
EORRE H RERE ZELTOWOINEHETE 2ERNIEETH D, £z, EFHE
217 9 BRI, ﬂiﬁﬁ H Wiﬁﬂ‘%‘ﬁi%& O R Z BERAMBEE 72 %5 chronic intestinal
pseudo-obstruction syndrome (CIPS) & v 9 BEREIZx L T /NERRED/NRABE L[ U
EREFFEALTOAINEN LR L TBLERH D, £Z T, KMFREOTFlHMHA L LT,
UFD2 BlizonT, MNERNBEOHF T L I LEEERERICHH - RN EE e b
ho&Exaxge LT HMERYMAELIT o7, (1) H WEBREBOBBAESE, (2) chronic
intestinal pseudo-obstruction syndrome (CIPS) D E &,

[ = B st ) /DRI MEERNEEIERETT WG A o X—0 5 B/NERNBIETH S 1 34,
BLOHANERBMCHEITEAEZESOEEZED b, BEOERIEE R &0 HHELE
EENCELEZ D> TWA EHESINL, OLEEWGIZAHTE L TWRWSADOEF1 84

[HiE] dRE~OEARIA =MLY BUFO 2 SOERIC$ D EE L KIEL 72,

BRI, Half 5EMIC, AT ED ZHisk T THirschsprung WHEGER ] &2 T
BRENELEZTLE 90 (B, ZZ Tk, Hirschsprung #fEfxEME% [Hirschsprung
FRHELOFEE 29500, BERNMRHHBROFEET 280 T20HUTOLDOORKRE
SEHTW/=72 & 9, Hypoganglionosis, Immaturity of ganglia, Intestinal neuronal
dysplasia, Internal anal sphincter achalasia, CIPS, MMIHS)

AE & RE T U T E B Bl
AE & B o o DS HERS T & TWRWERIEL 1l

FRIZZRER 2 THIT0 & TRALS S W)
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BRI 2. CIPS &) HiEEY BE. LETEO LI REBERICHERIND Z L BNENTTH,

() A BHICIBRAZEERS S, SEARENRI SN LD (RAVWESR

() B. BHEICBAEERS S, SRENRENRASHL, Xt E=AR—DAibnd b
@ (1997 47, NASPGHAN (Z X % consensus workshop DEZ) :

() C. Hirschsprung EBKREED 55, WEHFPHIZEAFOL LN NE D

() D. Zofh

() E FCERLEZ &F20

[RR] (1) BBIEFL : 2OV TE, 1 8ADEIZEED S LD 1 2 4B RERAIEL
0 Thole, 54N 1L~3FDORENRHY, 1BDHTHORENH D & OEIZETH-T,
FO14E, NEAREL L HIZBEL TV, B2 TIE. 94RO, 64
B 1FIORE, 2HLLERBRL-EN 3L ThH-T,

(2) CIPS ®EFH : 1 84H 1 04N, JRWERTHIER (A) LHEELE, 340
NASPGHAN OE#% (E#EB) A L TRV, 34 KBOER (EFEC, AHTHOICIPS)
IZHEMNNERDY) ZEHL TV,

[£5] = ORWEIEAM A —ALORD L 0 L LTHARICT o720 Th BT, 5K
DI S (BT ORI 5 5 RN 5 575, BRISHEMTHS = L, BPRENLE
WERW LI bDLEL D2 B,

INRPNEHER . Bl H IR SE A R 2 B R, b s, H GRS
% < DI ERE 1= HFEREID & /NEARED FIZ DAL BANE <, RIFIE
B CEBRRE AR B2 = L ARIB SN D, —F . /NENRHE QA % R
BLEAEN T & HEE LTV TREM ST ETE 20y, EE, NERRE & > Tk
BOMBERHET Db > L b EEREETh S A AN SIS 0 3 0 56k
PR LR, BOR 1 ORI, H RIEEIRBICKET 5 HEEIL 2 O R Th -7, L
LD LD, ERHECBOTNINBEL S L T 2B01E. REOEEL AT
G5 LREELNEEZ LRD,

7, NENEEIZ, CIPS &\ 5 i, EHOBRTHA LTV ABARE< . T8
CZEH L TWAIEENRDW=, CIPS 7214 CIIPS &9 2B 12 o0\ Cid, E5E
B EORHEET 570, BWEER L 2P TR L CHEAT A BERSHD LB LI
Do
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FR2IEXMESMALTMRAN 2 MR RBREHTER
THirschsprungWMBEBOMKMEL IS W ERICBITIHARF 1 {ERL T

HIRR & B OHRE

]

Hirschsprungfiig&mL gschsprungmgmuﬁg
e L, EF Bt D DT BEORHF 22/
HICEHERE RRT. — NI EREANSBITENSBA
= RMALALRESHER g -
= MRAREA RECSBLECRIBRLHY, BB
— & & I, .mmm&m < ROBHE T
EHCEETHS, o
ol \\
'ﬁfb%ﬁﬁﬁﬁﬁiﬁ fﬂﬁE
] - SHEEERRE -
;ggg ‘ .l:"BZjﬁﬂGEEi?
ZO/MBER
AN AR
'DH&E i
] -Defecography %5
-ﬁ%ﬁfﬁ:‘ﬁg X axgm—? %—:ﬁfbﬁﬂmm
‘MRORIF714—
, = HEES L FITT4—
*Rl—defecogram

RERE

-RENERE il

- EBIIFIAERE 18

MESAR AT H7—T WL LD
ERALPIPERE

*HAC (HAPC) lggz"‘nmpntude
pagation) Contraction

PHIRE

‘RiE pHiIRE = )
g‘Eq’zt—&xZﬁﬁ

2 (CEHERDLTENISNSARE] ¥
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FERRE ot
-BEBER ey -13c-:mmﬁﬁawz»&m” =
maurmﬁﬁsmg\ RiFHE

. Fecoflowm%ry 9 I~‘£

. Qg KB —I\EIZ Y

Slas -EIRAT g mg
BRGIRICE)

BRRI(RE)

@m0

B a i e J

jgg":fg; AN 130 BERR LIRS AL

-ﬁﬁ'f/,l:”*-ﬁfzziiﬁ e I Hmﬂ gg
"'Bt'iElJ(lJ\Ba) BBz Bl ( #*ﬂw)

VR EREE

BEER f ) X ﬂ*iﬁﬂE?—ﬂ—’&FﬁL\t

-HEE AN HICEEIRE .,

-REE ‘MR > R95714—

X ﬁ*ﬁﬁﬁ?—w—’éﬁb\t *HAC (HAPC): %gszmphtude

: ﬁ'ﬁf Ei!ib’%ﬁ : pagation) Contraction

‘MR- 29571— KBBEAE—/\ORZVNE

TA—R AP =D , .

‘NERE
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eI B ( = RS- ATFT)

TR

ERER 3 f
- HRIIMAERE ) P
*HAC (HAPC) :High Amplitude

(Propagation) Cohtraction

-Defecograp? .
*Fecoflow

'illllI %E&#ﬁ!
'illlﬂlfiﬁﬁmﬁ
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Hirschsprung JHEEREZR B O NFHRITEHR
WK KRFERYE &7 —/ AR
R

Hirschsprung 5% (H 7%) EREBOIEEOERIIIBEER CTH Y . WRITRRIZ, %
FESRIE, KEPREEL LTORMESITICAR S, NRIEEIL. 1 REFER (VHR—h). 2
MILEESEE, 3 O SRR THICRES DT oD,

1, REEH

L EIREE TR EOBE. BERIRIChIE T Tns, Lo LB T Bacterial
translocation MFHEF. IFHEREEEL & 72 Lo < RENE2IIBEN L ORIERE (K
{LREZZE A, I (LEEZEER) O ThN T 5, BHMICKSEBEEDZO DO
fRL— h OFEfE - BFE., ROZFOAPHE RS EZERMER & 725,

2., TH{LEEETE

HWEBFEERIZ, AMERKTHEBRBMESNREL>TEBY . KK TO Chronic
(idiopathic) intestinal pseudo—obstruction syndrome (CIPS (CITP, CIIPS) ,CIP,CIPO
SO V) ITIE, ABTO HFEFRBLE IS IRV EELLND, FEIL CIPS &
HLOE SCRREI AR ET 2 AR T,

WA EEMEE A B A, e RBEHBNFER SN TWAR, F & E o TEFBTONE
FOHRAE 1347210, Stanghellini® &% CIPS O SCRRAUMERT 24T - TV 523, /NEBIIE Hymann
2) 50 Cisapride (5-HT, agonist }x % 5-HT, antagonist, FEBIZ L > TIZERRAIRIR AT
D BTN, BTE DEEREIROBIERIZ L V3R IE) OREDHTH %, il Tegaserod,
Erythromyein, Octreotide, Mosapride citrate, Neostigmine, Metoclopramide, Domperidone,
Bethanechole ZE DM A HE SH TV 5, BRKTO CIPS (213, —RMER T RIE (281
FEERNESENTEY, TOREBEEZETHLIZ DL, R —ICHLEL ZLIETE
RO, WThOEY L EOFEMEITENEEL LN D,

3. 9 oUESSR T

HIEHEGEBOTHABOERE LT, 9 >8R % (Bacterial overgrowth syndrome)
LFENICEBI X BUIENR H T DD, AR E LTHERIVHAEHE (X br=F Y —,
WY IXT VB AFvA V) OREMTONTERLN, MEESORELH Y +4
BRI L1375 TR, TR, T O FTF 4 7 AR R FT 4 7 AV DR
DRLHINLTVND,

1) StanghelliniV, et al. Chronic intestinal pseudo-obstruction : manifestaions, natural history
and management. Neurogastroenterolmotil 2007 ; 19 : 440-452

2) Hyman PE, et al. Predicting the clinical response to cisapride in children with chronic
intestinal pseudo—obstruction. Am J Gastroenterol 1993 ; 88 : 832-6.

3) VEE M, fl. Hirschsprung EBRBICKT 5017 4 7 AOFE M. #IRERRE 2010
25 1 935-939
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Hirschsprung i $E&E BB ISR 2 E A T1RE
N KRR FE AL a2 /N AR Y
IR E

125 F CHESTREGH CEE L 2 72 Hirschsprung #5855 BB MMIHS JiE 1 0 #85% % #
59 %5, MMIHS IZEREZ A TNV NGRE CIREI N 22 ) EFEHECTH 5, BIRIX
1997 FRIZAER, IBEEERFIEICS U CTRIRZ AT L3k, BEimeshnz L, BE -
2N SR LIRIBRE 2R D b+ RRBEEEZR G TET .CVIT—T 4060 TPN
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TE - OEFEGARLG Lz OSBEFH I BB L EEE e, KREPSIEITEHHEIE
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BIBE &S IRIEAE . R SE) . BT OO NE LB ERZ BT 2HE N K- 7o
ZLIFRO LN b ODBEEBORBERYEITIRDONT, BRAHFAREIIBITL, /I
IBFEAE & hEE L 7o AFEIRIIAEE T 2009 kiR 7,

Hirschsprung /i FHZEEFICBWVWTEEESNEL O S LEFEEZITOVARILKE
SNTEHRETR2NE S THD, Lanl, HBEEDRERE IS B EREFES O
DEEFRRLHE NSEL B LI ERFREIIAREFORBRNO AR TH L L Bbh b,
—75 . Hirschsprung Ji it BIEI1Z31F 5 normoganglia fEI DML E EEEE X FIC X
STEHEHEREESNTEBY, Fx b, Hirschsprung 77 BRI 2HHMEREEZ LT
Fecoflowmetry % A\ CEBIRVGHME ., REFGEREIZ L > THESRD LN RS
Blds, L2t HHMEREEZE LZBIRICKH L TREF SRS CEENICHE SN
el Ll L SGRUIHT b Db DEEORBE LIZRY 2 LRV OREIRTH
Y. Hirschsprung J $H&EEH DGR ESSE B OEFBEIZETA2E 255 b4
BORETH D,

— 228 —



% 1 BIE SR rschsprungli E Bk BETE 5

LAR— b

o) HEEGRERBEORREG & & PHE & 1B

HEBIR B DIEHER

bW H/NRREERR G 2 — - NEAE i35S

Hypoganglionosis

1. 2T SRR OREMICE A mORBAR & EGERE AR ZLO,

2. Hirschsprung @281 2 A h—<{EkED X 212, OAFREEEZBIE L LT, LM
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